Fig. 6
C9ORF72 repeat expansions form rNA foci in patient iPSCs-derived neurons. Expression levels of C9ORF72 variant 1 (Nm_145005.5, isoform b) (a), variant 2 (Nm_018325.3, isoform a) (b) and variant 3 (Nm_001256054.1, isoform a) (c) in iPSC-derived neurons from two non-carriers and two expanded repeat carriers were assessed by qrt-PCr. Values are mean ± SEm, ***p < 0.001, *p < 0.05 (Student's t test). FISH analysis was done on control iPSCderived neurons (d), carrier 1 line 6 iPSC-derived neurons (e), carrier 2 line 11 iPSC-derived neurons (f) using a cy3-conjugated (GGC-CCC) 4 probe. Green mAP2. Blue DAPI. Scale bar 10 μm. Quantifications of the percentage of neurons displaying foci (g) and the average number of foci per cell (h) are presented as mean ± SEm, based on analysis of neurons derived from three independent differentiation experiments. Gly-Pro dipeptide repeats are detected by dot blot analysis in neurons of carrier 1 (iPSC lines 5 and 6) and carrier 2 (iPSC lines 1 and 11) (i)
